Abstract: Juvenile xanthogranuloma is a histiocytic proliferative disease that predominantly affects the skin. Extracutaneous involvement is rare. We present the case of a 6-month-old infant with acute paraplegia. Magnetic resonance imaging showed an intraspinal extradural mass at midthoracic level with marked compression of the spinal cord. Complete tumor removal was achieved by emergency surgery and was followed by complete neurologic recovery. Histologic examination led to the diagnosis of a juvenile xanthogranuloma. To the best of our knowledge, an isolated intraspinal juvenile xanthogranuloma in the first 12 months of life has not been described before. Juvenile xanthogranuloma is a histiocytic proliferative disease which predominantly affects the skin. Extracutaneous involvement is rare. We present a 6 month old infant with an acute paraplegia. MR-imaging showed an intraspinal extradural mass at midthoracic level with marked compression of the myelon. Complete tumor removal was achieved by emergency surgery, followed by complete neurological recovery.
INTRODUCTION
histiocytosis. Typically juvenile xanthogranuloma shows a CD1-negative and C68-positive histiocytic proliferation 2,5,7. Etiology is unknown, it is believed that a granulomatous reaction results from a disordered macrophage response to a nonspecific tissue injury 7. In a study from Janssen and Harms with 129 patients male/ female ratio was 1.4:1, mean age at diagnosis was 22.4 months 5. Spontaneous regression over years is common 4,7,9. Some authors describe an association of juvenile xanthogranuloma and neurofibromatosis type I and juvenile chronic myelomonocytic leukemia 4,10.
In this brief report we present a 6 month old infant with an acute paraplegia caused by an isolated intraspinal juvenile xanthogranuloma which is exceptional.
CASE REPORT
The mother of this 6 month old infant initially noticed reduced activity of the lower limbs which worsened over 3 days, lifting of the legs was painful for the child. Bladder and bowel function was always inconspicuous. 
